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Osteogenesis imperfecta (fragilitas oss ium) is an inherited connective tissue disorder characterized by osteopo rosis, blue sclera, poor den tition , and mixed deafness. There is severe demineraliz ation of the bone involving the otic capsul e, which is remarkably similar to that which occurs in cochlear otosclerosis (oto spongiosis) .' The hearin g loss is believed to be the result of enc roachm ent of the reparati ve vascular and fibrous tissue in and about the cochlea or the result of hemorrhage s and microfractures.
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Despite their differences, osteogenesis imperfecta and cochlear otosclerosis are similar on computed tomo graphy with respect to both fenestral and cochlear manifestation s (figure).
